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JlobpokauecmeenHble Onyxonu Kodcu U3 Hcupogou mrauu (bonesuv /lepkyma, b6onesnv Maoenynea, cumme-
MPUYHBIL TUNOMAMO3) U MBIUEYHOU MKAHU (TetloOMUOMA) PeOKO 8CMPEuaiomcst Ha 0epMAmoNiocULecKom
npuéme, 4umo co30aém ouazsHocmuyeckue mpyoHoCmu NPAKmuKyiowum epavam. s yayvuenus ux ouacHo-
CMUKU A8MOPbL NPUBOOAM KPAMKUE KIUHUYECKUEe ONUCANUSA U OPUSUHATIbHBLE homozpaduu Smux onyxonel.

KnoueBbie crnoBa: 6oresuv [epkyma; 6onesnv Maodenynea, cunopom Iaponepa—Puuapoca, netiomuoma
KOOICU.
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Benign skin tumors arising from the adipose tissue (Derkum’s disease, Madelung’s disease, symmetrical
lipomatosis) and the muscle tissue (leiomyoma) are rarely seen at a dermatological appointment, which
creates diagnostic difficulties for practicing dermatologists. To improve diagnostic performance, the authors
provide brief clinical descriptions and original images of these tumors.

Keywords: Dercum disease; Madelung disease; Gardner—Richards syndrome; skin leiomyoma.

For citation: Akimov V.G., Kruglova L.S. Benign skin tumors arising from the adipose and muscle tissue. Russian Journal
of Skin and Venereal Diseases (Rossiyskii Zhurnal Kozhnykh i Venericheskikh Boleznei). 2020; 23(2): 68-73. (in Russian).
DOI: https://dx.doi.org/10.17816/dv2020268-73

Acknowledgments. The study had no sponsorship.
Conflict of interest. The authors declare no conflict of interest.

Received April 03, 2020
Accepted April 30, 2020

Jlig KoppecnoHAeHIUH:

Axumos Bceeonod [eopeuesuy, TOKTOp MEIULUHCKUX HayK, mpodeccop Kadeapbl IepMaTOBEHEPOJIOTHH U KocMeToioruu LleHTpaib-
HOH rocylnapCTBEHHOM MeIMLIMHCKON akanemMuu YmpasieHus nenamu [Ipesunenra Poccuiickoit denepanuu, 121359, . Mocksa, Poccust.
E-mail: vsevolod_akimov@mail.ru

For correspondence:

Vsevolod G. Akimov, MD, PhD, DSc, Professor of the Department of Dermatovenerology and Cosmetology of the Central State Medical
Academy of Department of Presidential Affairs, Moscow, 121359, Russian Federation. E-mail: vsevolod akimov@mail.ru

Information about author:
Akimov V.G., http://orcid.org/0000-0003-1859-3572; Kruglova L.S., http://orcid.org/0000-0002-5044-5265

68


mailto:vsevolod_akimov@mail.ru
mailto:vsevolod_akimov@mail.ru
http://orcid.org/0000-0003-1859-3572
https://orcid.org/0000-0002-5044-5265

RUSSIAN JOURNAL of SKIN and VENEREAL DISEASES. 2020; 23(2)

DOI: https://dx.doi.org/10.17816/dv2020268-73
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JoOpokadecTBeHHBIE OIYXOJIH KOXKH SBIAIOTCS Pel-
KHMHU WM OYEHb PEAKHMU 3a00JICBaHUSMHU, U3-32 YETO
WX JAMarHOCTHKa ObIBaeT 3arpyaHeHa. llpencraeieH-
HBIE B CTAaThe KJIMHUYECKUE OMUCAHUS ¥ OPUTHHAIILHBIE
(hoTo mopaskeHuii TOJKHBI TOMOYH BpauaM B UX MPaKTHU-
YECKOH eATEIbHOCTH.

JloGpokadecTBEHHBIE OITyXOJIH KUPOBOW TKaHU B 3a-
BHCHMOCTH OT HCTOYHHKA WX TIPOUCXOKIACHHS JENAT Ha
JUTIOMBI U THOCPHOMBI. JIMTIOMBI — Omyxou u3 Oeoi
JKHPOBOU TKaHHU, THOSPHOMEI — 3 0OTaTOH JIMITOXPOMOM
Oypoii JKUPOBOW TKaHH.

JIumoMbl BCTpewaroTCs Kak B BHJIE €AMHHYHOTO
o0pa3zoBaHUs, TaK U B BUJE MHOXXECTBEHHBIX JIUIIOM
(JIMTIOMAaTO30B) — 0YaroB pa3pacTaHus KUPOBOU TKAHU
0e3 4éTKUX rpaHul.

MHOXECTBEHHBIN TUIIOMATO3 HAOIIOOAeTCs IIPH Clie-
JYIOIIUX 3200JICBaHUSIX

» Oone3Hb Jlepkyma (cun. nuromaro3 OOJIC3HEHHBIH,

Dercum’s disease);

* bone3nr Magenynra (cun. D00pOKadeCTBEHHBIN

CUMMETPHUYHBIH JiuiomMaro3, lipomatosis dolorosa);

* MHOXXECTBEHHBIM CUMMETPUYHBIH JIMTIOMATO3;
* CHMMETPUYHBIA JIMIIOMaTo3 KakK CHUMIITOM TIpH
cunspome ['apnaepa—Puuapsca.

CoautapHass JumomMa — J00pOKadeCTBEHHAs
OTYyXOIb U3 OeJION KUPOBOI TKaHH.

Knunuueckue nposenenus. ConurapHas Tunoma —
00pa3oBaHUE MIAPOBUIHONW POPMBI pazMepoM oT 1-2 cm
10 4-5 cm u Gonee. IIpu Manbix pasmepax e€ ymaercs
O0HAapYyXUTh TOJHKO C MOMOLIbIO THanmbmauuu. Koxka
OOBIYHOTO 1IBETA, HE CIIasiHa C OIyXobto (pue. 1). Omy-
XOJIb MSTKOW WJIM 3JIACTUYECKON KOHCHUCTEHLIMH, JIETKO
caBuraercs, 6e30one3HeHHas. Berpedaercs npenmyiie-
CTBEHHO y Il crapiie 40 yet, pacTéT O4eHb MEIJICH-
HO ¥ OY€Hb PENKO MEPEePOKIAETCS B 37I0KaY€CTBEHHYIO
orryxoib. JIokanuzyercs MpeuMyIIeCTBEHHO Ha y4acT-
Kax TeJsa, 0eTHBIX )KUPOBOH TKAHBIO U TTOIBEPTAIOLITIXCS
JABIICHUIO, — CIIMHE, HAPYKHON MOBEPXHOCTH IIjIeda U
oempa.

Juggepenyuanvnas ouacnocmuxa. s oTIAIHS
OT TOJKOKHBIX T'eéMaToM, aOCIECCOB, SMUAECPMAIEHBIX
KHCT, KOTOPBIE IO CBOMM KIMHHYECKHM TPOSIBICHUSIM
MOTYT WMHUTHPOBATH OIyXOJH MATKWUX TKaHeH, Iene-
co00pa3Ho MPOBENCHUE KOMILJIEKCHOTO YABTPa3ByKOBO-
r0 MCCIEeIOBaHUs C HMCIOIb30BaHUEM JOIMIUIEPOBCKUX
MeTonuK U snactorpaduu [1]. Jlumocapkoma — peakas
3JI0Ka4eCTBEHHAS OITyXOJIb U3 KUPOBOH TKaHH, OOBIYHO
pa3BuBaeTCs B MEKMBINICYHBIX (acuusx Ha O&mpax c
IIEPEXOZIOM B IIOJKOXHBIA KUPOBOU cioil. Meracrasu-
PYET B JIETKUE U TIEYEHD.

Jlewenue. Xupyprudeckoe ymajieHue ¢ maromopdo-
JIOTHYECKHUM HCCIE0BAHUEM.

I'uGepnoma (OGypas nmmoma) — or sam. hibernus
(3uMHMi) + oma (omyxonb). PasBuBaercs m3 Oyporo
JKUPa, OCYIIECTBIIONIETO TEPMOPETYISIUIO Y JKUBOT-
HBIX, BIQJAOMUX B 3UMHIOIO CIITYKY. Y delmoBeka Oy-

Original article

Puc. 1. Jlunoma conutapHas.

past >KHpoBast TKaHb XOPOIIIO Pa3BUTA Y HOBOPOXKAEHHBIX
(mpumepHO 5% MacChI Tela), y B3pOCIBIX COXPAHIETCS B
MEHBIITHNX KOJIUYECTBAX.

Knunuueckue nposasnenus. ta penkas OIyXOIb
O0OBIYHO JWArHOCTUPYETCS B MOJOAOM WM CpeIHEM
BO3pacTe, HECKOIBbKO damie y >keHmwuH. Coo0manoch
0 HECKOJIBKHX CIIy4asx OOHapy>X€HHS 3TOH OIyXOiH y
rpyassix gereil. Knuandecku rubepHOMa BRIVISIIUT KAk
orpaHuYeHHas JunoMa nquamerpom ot 3 no 10 cm, pac-
MOJIOKEHHAs! B MEXJIONATOYHOM O0JIaCTH WJIM Ha LIee.
Ona msrkas, 0e3005€3HEHHAs, JIETKO CMEIIACTCS IOJ
Koked. ['mbepHOMa, Kak M JIMTIOMa, — OY€Hb MEIJICHHO-
pactymias 100poKauecTBeHHas! OImyXob [2, 3].

Jlugppepenyuanvruas ouaeHocmuka — ¢ JIATIOMOH, OT
KOTOpPOH OTIMYAETCA JIOKaJnu3aluueld B MEXKIIONAaTOYHON
o0nacTu ¥ 3a/iHel TOBEPXHOCTH IIeH (T/e KOHLEHTPHU-
PYIOTCSI pyAMMEHTapHbIE OCTaTku Oyporo jkupa), He-
CKOJIBKO OOJIBIIIEH TUIOTHOCTHIO TIPH TMAJBIAIUN U pac-
NIMPEHUEM COCYAOB KOXKH HaJl STHMH OIYXOJISIMH.

Jleuenue. Xupyprudeckoe yaaJeHue ¢ 00s3aTeTbHBIM
aToMOp(OIOrMUECKUM HCCIENOBAHUEM M3-32 BO3MOX-
HOT'O 3J7I0Ka4€CTBEHHOTO NEPEPOXKICHUS THOCPHOMBI.

Boae3ns [depkyma (0os1e3HEHHBIN JMIIOMATO3) —
penkoe 3aboneBaHue, HOpaXkarollee )KEHIUH B BO3pacTe
ot 35 go 50 net B 5-30 pa3 vamie, yeM Myx4uH. [Ipuuu-
HBl BO3HHKHOBEHHMsI OOJIE€3HHM HEM3BECTHBHL. B kauecTBe
TPUITEPHBIX (HAKTOPOB HAa3bIBAIM MPEALICCTBYIOLINE
TpaBMBbI 4eperna W TOPMOHaJbHbIC cABUTH. OmNHMCaHBI
Cllydad HAaCJIEAOBaHUS IO ayTOCOMHO-TOMHHAHTHOMY
tuny [4], XoTs y OOJBIIMHCTBA NANMEHTOB BO3HUKHO-
BeHHe 3a0oyieBaHMsl ObUTO cropaguueckuM. Hamnune
JIUTIOM B BUCIIEpAIbHBIX OpraHax (J€rkue, cepaue u zp.)
B JIaHHOM CTaThe HE paccMaTpUBAETCA.

Briaensiot yeTsipe GopMbl 00JIe3HU:

1) renepammzoBannyo auddy3Hyro 6e3 YETKO
OUCpUYEHHBIX JIUTIOM, HO ¢ Tu(dy3HBEIM OOJEBBIM CHH-
JPOMOM B CKOIICHUSIX KHPOBOU TKaHH;

2) TeHepaTu30BaHHO-Yy3JI0BaTyl0 (opMy cC BEIpa-
JKEHHOW OO0JIbI0 B 00JaCTH MHOXECTBEHHBIX JIUIIOM U
yMepeHHOH OOJIbI0 B )KUPOBOW TKAHM;

3) JOKaNM30BaHHYIO Y3JIOBYIO (QOpMy C OOJEBBIM
CHHIPOMOM B 00JIaCTH CaAMUX JIUTIOM M BOKPYT HHX;

4) nepuapTUKYIAPHYIO (QOpMy C OAMHOYHBIMHU
JIETIO3UTaMU JKUpa B 00J1aCTH KPYITHBIX CYCTaBoB [5].
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Puc. 2. bonesus Jlepkyma.

Knunuueckue nposienenus. Juddysubie unu ysio-
BaThle 00pa30BaHMsI MO KOXKEH, 00JIC3HEHHBIC TIPU Ha-
JABJIMBaHUM HAa HUX WK 0€3 BUIUMBIX IPUYUH. MoryT
JIOKAJTN30BAaThCS B JTIOOBIX yIaCTKax Teja, 3a UCKITFoUe-
HUEM JIUIIa, e, KucTer u croi. [Ipu nmansnamuu, co-
racHo onmcanuio F. Dercum, co3gaércs BIeyariicHue
«TaKeTa ¢ 4YepBsIMU». MenKkue y3Jbl 00HAPYKUBAIOTCS
MO/l KOXKeH TOJBKO TPW MPOLIYTHIBAHWHU, a KPYITHBIE
BBICTYIAOT Haja Hell (puc. 2). l[BeT koxu Haj y3mamu
O0OBIYHO HE M3MEHEH, B HEKOTOPBIX CIy4asix cooOria-
J0Ch O €€ MOKPACHEHUHU. XapaKTEPHBIM MpU3HAK 3a-
00JIeBaHUS — JIOMKOCTh KallUJUISIPOB, YTO MPOSIBIISIETCS
AKXUMO3aMU Ha KOXKE U TEMOpPParusiMy BO BHYTPEHHUX
opraHax. Y OTAEIbHBIX )KCHIUH (EePTUIHLHOTO BO3pac-
Ta HACTymajaa aMeHOpes, 0TMEYAIOCh TOPEICHNUE BOJIOC
Ha JIOOKE U NOJAMBIIIKaMH. Y OO0JbHBIX HEPEIKO BCTpPE-
gaercs oxxupenre. CyObeKTHUBHBIE ONIYIIEHUS — TTOKa-
JIBIBAHUE; HOIOIIHE, KOJTIOMUE OONH, yCUITNBAIOIIHECS
MIPU PUKOCHOBEHUH, HO COXPAHSIIONTHECS TTOCTOSHHO.
BonbHBIE Takke KATYIOTCS HA HEBO3MOXKHOCTE HOIITE-
HUsI o0TsATHBaromielt omexabl. Co CTOPOHBI IIEHTPAIThb-
HOM HEPBHOW CHCTEMBI — MAaTOJIOIMYECKAsl YCTANOCTh,
acCTeHUs, COHIIMBOCTh. B pefkux ciydasx pa3BuBaeTcs
TPEBOXKHO-/IETIPECCUBHBIN cuHApoM. [Ipu orcyTcTBUM
cnenupuIecknx 1ab0paTOPHBIX TECTOB JUATHOCTHKA
6one3nn Jlepkyma Oasupyercs Ha KIMHUYECKOW Kap-
THHE U aHaMHe3e. B HEeKOTOpBIX Cilyyasx MPUMEHSIOT
MarHUTHO-PE30HAHCHYIO TOMOTPAa(QUIO WIH yABTPa3By-
KOBOE€ HCCIEAOBaHUE ISl BBISBICHUS MPU3HAKOB WH-
(UABTPATUBHOTO WJIM Y3JIOBOTO CKOILJICHUS KHPOBOW
TKaHU.

AEPMATOOHKOJ10TnA

['MaBHBIMM UATHOCTHYECKUMHU KPUTEPHUSIMHU SIBIISI-
I0TCsI yBEJTMUEHHE MacChl Tella MM OKUPEHHUE U XPOHU-
yeckue 0omnu (cBbime 3 mec) B 001acti A Hy3HBIX WK
y3J70BaThIX CKOTIJICHU KUPOBOW TKaHH O] KOoxkeH [5].

Jugppepenyuanvuoiii.  ouacno3. MHOKECTBEHHBIN
CUMMETPUYHBIN Jromaro3 (boie3ns ManenyHra) xa-
pakTepusyeTcs N30BITOYHBIM HAaKOTUIEHHEM JKUpa B 00-
JIACTH TOJIOBBI, MW, BEPXHETO IIJIEYEBOT0 MOSCa U MPO-
TekaeT 0e3 OOJIEBOTO CHHIPOMA.

Jlummnema (kMpOBOI OTEK) OTIMUAETCS MPEUMYyIIIe-
CTBEHHBIM yTOIICHHEM HIDKHIX KOHEUHOCTEH ¢ YETKOM
TpaHUIEel Ha YPOBHE JIOABDKEK.

Jleuenue. TlpuMeHsIN pa3IUYHBIE MEIMKAMEHTO3-
HbIe cpeicTBa (JIMJOKAWH, aHAIbI€TUKU, METOTPEKCaT,
uH}arKcuMad, naTeppepoH anbda-2b, TIIIOKOKOPTUKO-
CTEPOUJIbI, MOAYJSATOPHI KaNbIUEBBIX KaHAIIOB) C Bpe-
MEHHBIM YIIYUIICHUEM. YMEHBIICHUE BBIPAKCHHOCTHU
00N OTMEUEHO TMOoCciie MPUMEHEHUS HECTEPOUIHBIX
NPOTUBOBOCIIAJIMTENBHBIX TMpenapaToB [6] u runepba-
pUYECKOi OKCUTeHAHH [7].

MHOXECTBEHHBIC JIMTIOMBl MOTYT BHE3aIlHO TOSB-
JATBCS TOCcTe WHGEKIMOHHBIX 3a00jeBaHUi, pPONOB,
PE3KOTo TOXY[ASHHS] WU 110 HEM3BECTHBIM MPUYMHAM.
Wx mosBieHNe Ha KOXE MOXKET CBUAETEIHCTBOBATH O
pasBuTuu cuHapoma ['apauepa—Puyapica.

MHoO:KeCTBeHHbIi CMMMETPUYHBbIN JIMIIOMATO3 —
penkoe 3a00JIeBaHNE HEN3BECTHOM ATHOJIOTUH, OTIpeie-
NseMOoe KaK HaJIMYUe MHOKECTBEHHBIX U CUMMETPHUY-
HBIX JKUPOBBIX CKOTUICHU, Yallle B BEPXHEH YaCTH TYJIO-
BUIIIA, HA I1Iee U ToJIoBe. MOXKET coueTaThes C caxapHbIM
I1abeToM, THIEpIUNUAeMuel, 3a001eBaHuEM TEUCHH,
TUIOTUPEO30M H MTOJMHEBPONAaTHE HEM3BECTHOTO TPO-
ucxoxxaenus. merorcst ony0nrkoBaHHBIE COOOIIEHUS O
KOTHUTHBHBIX PACCTPONCTBaxX y MAIMEHTOB, Pa3BUTHUHU
MOJTMHEWPOTIaTHH U PACCTPOMCTB MaMATH Ha poHE MHO-
’KECTBEHHOTO CHMMETPHUIHOTO JITomMaro3a [8, 9], a Tak-
K€ 0 BO3MOKHOM ITPOBOIMPYIONIEM BIUSHHUH AJKOTOJIS
Ha BOBHMKHOBEHHE CHMMETPHYHOTO Jiuttomaro3a [10].

bose3snr Maneaynra (Madelung disease, MHOXe-
CTBEHHBIN CHMMETPUYHBIH JINTTOMaTO3, 60Je3Hb JIoHya—
bancoma) — peaxoe moOpokauecTBeHHOE 3aboieBaHUE
HEsICHON 3THOJIOTHH C OTIIOKEHHEM KHUPOBBIX Macc. He-
penKoe BOSHUKHOBEHHUE OOJIE3HU Y 3II0YTIOTPEOIISIOIIIX
AJIKOTOJIEM TAIEHTOB OOBSCHIETCS CHUKEHHEM KOJH-
YyecTBa [-aJipeHEPrHYECKUX PELENTOPOB KIETOYHBIX
MeMOpaH, 4TO HapyliaeT MeTaboJIM3M KUPOBOW TKAHU
[11]. OmHako y OOJBHBIX HE OTMEUEHO TOBBIIICHUS CO-
Jep KaHus TIIOKO3bI B KPOBH, YTO YKa3bIBAET HA OTCYT-
CTBHUE Y HUX METa0OMUYeCKUX HapymieHui [12].

Knunuueckue nposenenus. Jnddy3Hpiii munoMaros
UMEeT TPH THUIA JIOKAIU3AIMUA >KUPOBBIX OTIOKCHUHN
[13] — B obnactu miew; B OOJIACTH IIJICUEBOTO IMosica U
BEPXHHUX KOHEYHOCTEH (IICEBIOATIIETUUCCKII); B 00Ja-
cTH O0€mep u aroauIl (pEAKUH BapHaHT).

3aboneBanne TposBisieTcss B Bo3pacte or 30 1o
50 mer co 3HAYUTENHHBIM TpeoOIagaHieM y MYKYWH.
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PetpocniektuBHBI aHanu3 59 ucropuit 6one3Hu 6OIb-
HBIX MHOXECTBEHHBIM CHMMETPUYHBIM IJTUIIOMATO30M
MoKa3ai, u4To MyX4uH Obuto 90%, U3 HHX 3JI0ymOTpe-
onstronux ankoroieMm — 86% [14].

Buennawmii Bua OOJBHBIX HACTOJNBKO XapaKTePeH, U4TO
JMarHOCTHKA 3a00JIeBaHMs HE BBI3BIBAET 3aTPYIHEHUN.
[les neopmupoBaHa OOMIMPHBIMHU KUPOBBIMH Macca-
MU, BBICTYTTAIOIIUMHU IO IIO0OPOAKOM U Ha 1iee («ropo
OouzoHa»). OOBIMHO OHM CHUMMETPUYHBIE, paclpocTpa-
HSIOTCSI IO 00€ CTOPOHBI ILIEH, 3aXBaThIBas SPEMHYIO
BHaaAuHy (pHc. 3) U CIyCKasch B HaJIKIIOYMYHYIO 00-
nacts. be30one3sHenHas manpnanus AaéT BO3MOXKHOCTh
OLIYTHUTD MOJ KOKEH OOIIMPHBIC MATKHE M 3TaCTHYHBIE
KHPOBBIE Macchl Oe3 4éTkux rpanul. Kpome Takoii xa-
PaKTEepHOIl JIOKaTN3alHH, JIMTIOMBI MOTYT PacHoiaraTh-
csl M Ha JIPYTHX ydacTKax Teja — Ha CIIUHE, TPYIH, K-
BoTe, O&npax. JIUIO U BOIOCKCTAs YaCTh TOJIOBBI MIOpa-
JKaroTcs o4eHb penko. [lpu 6onesan ManenyHra, KpoMe
MTaTOrHOMOHUYHBIX /7151 He€ OTII0KEHNHN JKHPOBBIX Macce,
BCTPEYAIOTCS CIIy4da OOIIETr0 OKUPEHNS.

PasButne 3aboneBanus — MeIJIEHHOE, XPOHUYECKOE.
Wuorna obocTpeHne HacTynaer mocie HH(PpEKIIHOHHOTO
3a00eBaHMsI, TPABMBI, XUPYPTUUECKOW OMEpanuy WU
0e3 BUIMMBIX NMpUYMH. OCIIOKHEHUS BO3HHKAIOT NPHU
C/IaBIMBAaHUM PACTYLIMMH{ JIMIIOMaMH BHYTPEHHHX Op-
TaHOB WM HEPBHBIX CTBOJIOB. Bo3nepxaHue ot ynorpe-
OJICHUS aJIKOTOJISI MOXKET 3aMEJIUTh IPOTPECCUPOBAHUE
pOcCTa JKUPOBBIX Macc, HO HE perpeccuto O0Ie3HH.

Jugpepenyuanvryro ouacnocmuky MpoBOIAT ¢ 00-
ne3nbio [lepkyma (00€3HEHHBIE Y3IIbl, & HE OOIIMPHBIS
JKHPOBBIC MACCHI HA IIE€ WIIM BEPXHEM TUICYEBOM TI0sICE).

A Puc. 4. CumMeTpuaHBIN TUIOMaTO3 IpH cHHApoMe ["apnHepa—Puuapaca.

<« Puc. 3. bone3np Manenynra.

Jleuenue. VI3 KOCMETHYECKUX COOOpaKEHUH MpUMe-
HSIIOT XUPYpPTUYEcKoe yAaleHrue WU JINTocaknuio. M3
59 omepanwmii, npoBea¢HHBIX ¢ 2004 o 2013 1., OTKPHI-
Tas omepanus Oblia BeiOpaHa B 83,5% cimydaeB, JTUMO-
caknus — B 13%, MUIIDKTOMUS B COUETAaHHUM C JIUIIOCAK-
mmeit — B 3,5% [14].

Cunapom IN'apauepa—Puuapaca (Gardner—Richards
syndrome) — penkoe (1: 1 000 000) ayTocomHO-1OMU-
HaHTHOE HACJEICTBEHHOE WJIM CIOpaguyecKoe 3a0oie-
BaHHE. XOTs €r0 Helb3sl OTHECTH K HApyLICHUSM JIUITU/I-
HOrO OOMEHa, MOSIBJICHWE MOA KOXeW CHMMETPHUYHBIX
JIMTIOM  ABJIACTCA CaMbIM JACMOHCTPATUBHBIM CUMIITO-
MOM TPHAJIbI, €r0 00pa3yoIIei.

Knunuueckue nposenenus. Cungpom I'apnnepa xa-
paKkTepu3yeTcsl TpUaa0u — MOJIUIO30M TOJICTOM KUIIKH,
MHOXKECTBECHHBIMHN OCTCOMAaMHN N ME3CH3XHUMAJIbHBIMHU
OITYXOJISIMU MATKUX TKaHei [15, 16]. Cunnpom pa3BuBa-
ercs B Bo3pacte ot 2 o 70 Jiet, Ho Jare y AeTel mocie
10 net [17]. IlopakeHHsI KO>KH B BUIE JIUTIOM, aTEPOM,
nefiomroM Wi GUOpoM (pexke) MOSBIAIOTCS HAMHOTO
paHbIie Apyrux cUMnToMoB (puc. 4). CroycTs TOIbI,
nHorna depe3 10 yet, y OOTbHBIX BOSHHKAIOT PacCTPO-
CTBa OPraHOB MUILEBApEHUS — OOJIH B )KUBOTE, IOHOCHI,
KHIIEYHbIe KpPOBOTEeUECHHUS. KONOHOCKONMS BBISBISET
MOJIUTIBI TOJICTOW KHUIIKH U JPYTUX JIOKAJIU3AIMi — Ke-
Jy[Ka, ABEHAALUATUIICPCTHOW KHUIUKH, TOHKOM KHIIKH.
[Toaunel TOJICTON KUILKK MOABEPTAKOTCA 3710KAYE€CTBEH-
Hoil TpaHchopmaruu et yepe3 10-15. Tlocnemnum
CUMIITOMOM TpHaAbl ABJIAIOTCA MHOXKCCTBECHHBIC OCTCO-
MBI H 0CTEOQHOPOMBI KOCTEH BEpXHEH YEIOCTH, JPYTHX
KocTel ueperna (J100HAs, TEMEHHas, CKYJIOBasi), PEKe
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Puc. 5. MuHOXecTBeHHas J1eifoMruoMa KOxXH (a, 6).

JUIMHHBIX TpyOuarbix kocteil. Coolmanoch o paHHEH
oTepe 3y00B U X aHOMAJTHH.

JnarHo3 OCHOBBIBAaeTCS Ha KIMHUYECKOW KapTHHE,
pe3ynbTaTax KOJIOHOCKOIHHM M JPYTHX METOAOB HCCIe-
JTIOBaHUS THIIEBAPUTENHHOTO TpakTa. Cleayer yduThI-
BaTh, YTO pa3BepHYTas KIMHUYECKas KapTHHA C TIOJHOM
TPUAION CHMIITOMOB HaOIIOmaeTcs He Bcerna. B cBsa3u
C HEpeOKUM HacleAoBaHHWEM OOJIe3HH LiesiecooOpa3sHo
oOcieoBaTh OMIKAMIIMX KPOBHBIX POICTBCHHUKOB
MaIUCHTA.

Jugdepenyuanvryro ouacrnocmuxy NpOBOISAT C aTe-
pomMamu, urnoMamMu (HEMHOTOUYHCIICHHBIE, HE COMPOBO-
JKAIOTCS TaTOJIOTUEH KOCTHOW CHUCTEMBI WM IOJIHIIO-
30M KHIIEYHUKA), C CHMMETPHYHBIMH JIUTIOMaMH.

AEPMATOOHKOJ10TnA

Jleuenue. BaxHa CBOEBpEMEHHAs ITUATHOCTHKA IS
MPO(UIAKTUKN  37I0KaY€CTBEHHOW TpaHC(hOpMaInH,
KOTOpasi HACTYIIAET MOCIIC IPYTHX CUMIITOMOB TPUAIBL.
Kak npodunakruieckas Mmepa MaIMTHU3AIUYA PEKOMEH-
JyeTCs KOJOHAKTOMHS TPU YCTAHOBJICHHM JUArHo3a
cunapoma [apauepa—Puuapnca [18].

Jleliomnoma KoxKM — penkas 100pOKadecTBEHHAsS
OITyXOJIb, MIPOUCXOJIAIIAS U3 [IaJAKKX MbII. Bcrpeua-
€TCsl 3HAYMTENBHO PEKe JIEHOMHUOM MAaTKH, HO MOXET
C Hel couerarbes. Jlokanmm3yeTcss Ha JIFOOBIX ydacTKax
KOYKHOTO TIOKPOBa, TJIe MMEETCs TIaaKas MyCKylarypa.
Bosnnkaer game B Bo3pacte ot 20 1o 40 net, mpumep-
HO€ COOTHOILIEHUE MY>KYMH U KEHIIMH 2:1.

B 3aBrCHMOCTH OT THCTOT€HE3a OMYXOJH Pa3IHIaoT
5 TUIOB JTEHOMUOM KOXKU:

I — MHOXXECTBEHHAS JIeOMHOMA U3 TIIAKAX MBI,
ITOTHUMAFOIIIUX BOJIOC;

II — conuTapHbie TEHOMUOMEBI U3 TEX € MBIIIII;

III — comuTapHble TEHOMHUOMBI MOJOBBIX OPTAaHOB U
COCKOB MOJIOYHOM JKEJEe3bl;

IV — conurapHbie aHTHOJICHOMBI U3 MBI BEHO3HBIX
COCY/IOB;

V — JIeOMHOMBI C JOHNOJHUTEIBHBIMU ME3EHXU-
MaJTbHBIMH 3JIeMeHTamu [19].

Knunuyeckue npossnenus. Menkue OKpyTibIe y3ei-
KU [[BETa HOPMAJIBHOHN KOXKH, PO30BOTO, KPACHOTO WJTH
JIPYTHX OTTEHKOB, nuamerpoM oT 2-3 go 10-15 mm
(puc. 5, a, 6). CHauana MOSIBISIETCS € AMHUYHBIHN y3€I0K
HeOompIIoro pasmepa, OezbonesHeHHBIH. [locTemeH-
HO OH YBEJIMYHUBAETCS B pa3Mepe, PAAOM MOSBISIOTCS
HOBBIe 3neMeHThl. OHM TUIOTHBIC, OOJIE3HEHHBIE IPU
Manbphanuy, ¢ MIaAKOH U ONecTsield MOBepXHOCTHIO.
WNHorga oT MOMEHTa MX IMOSBICHHUS HA KOXKE IO pas3-
BUTHUS 0OJIEBOTO CHHAPOMA MPOXOAMUT 5—7 JeT. Y3enku
CPYNIUPYIOTCS HA Pa3iUYHBIX y4acTKaX KOXKHOTO T10-
KpOBa — TYJOBUIIIE, KOHEYHOCTSX, JIHIE, BOJIOCHUCTON
YaCTH ToJIOBBI. BosbHBIC JKaNyOTCs Ha 00JIb TIPU TPHU-
KOCHOBEHHH K 3JIEMEHTaM, UX pa3ipakeHUH OACKIOH,
CTPYSIMH BOABI B AyIIE, MPHU OXJAKICHUH, a TAKKE B
BHJI€ HECTPOBOIIMPOBAHHBIX NMPHUCTYIOB OT HECKOIb-
KUX MUHYT 10 2 9.

T'enumanvnas neiiomMuoma — ACKIIOYATENBHO PEl-
Kast OIyXOJIb, JIOKAJTH3YIOIIasCs Ha MOIIOHKE, OOIBIINX
TTOJIOBBIX TY0ax MJIM Ha COCKaxX B BUAE OAWHOYHOM TIIIOT-
HOM OINyXOJM KPAacHOTo IBETa AMAMETPOM J0 2—3 CM.
[Ipu oxakaeHUH MOXKET COKpAIIaThCs.

AHTHONEHOMHOMa OOBIYHO COJIMTapHAs, HO MOXET
OBITH MHOXECTBeHHOI. OHa TII0THAs, OarpoBoO-KpacHasi,
MeHee OoJie3HEeHHas, YeM MHOKECTBEHHaAs JIeHoMHOMa.

Jugppepenyuanvruas ouacnocmuxa. lpu nHeripodu-
Opomaro3se y3Jbl MsTKHE, 0e30071e3HCHHBIC, HET CKIIOH-
HOCTH K IPYTIIOBOMY PacIOIOKEHHIO.

Jleuenue. I1pu orpaHUYEHHBIX o4yarax Haubojee 3¢-
(heKTHBHO XUpypruyeckoe ynaienue. s kynupoBaHus
0OJIEBBIX ONIYIICHUI PEKOMEHIOBaH NMPUEM HUDETUTIH-
Ha o 10 mr 2-3 paza/cyT.
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